Saint-Vincent de Paul, P a r i s , France. Dehydroepieandrosterone (DHA), androstenedione (A) and t e stosterone (T) plasma l e v e l s a f t e r r a p i d adrenal suppression and' s t i m u l a t i o n i n prepubertal and p u b e r t a l boys.
The supposed r o l e of adrenal s e c r e t i o n s i n male puberty was i n v e s t i g a t e d by administering dexamethasone (DXM) 1 mg a t 9 p.m., then Synacthen (ACTH) 0.25 mg/m2 a t 9 a.m., blood beeing c o l l e c t e d a t 9 a.m. before and a f t e r DXM and I h. a f t e r ACTH. I n 1 1 boys aged 3 t o 6 a t pubertal stage I (groupe IA) mean DHA l e v e l s were (nglml) 0.06 before DXM, l e s s than 0.05 a f t e r DXM, 0.09 a f t e r ACTH. In 21 boys a t pubertal s t a g e I aged 7 t o 13 (groupe IB) mean DHA l e v e l s were r e s p e c t i v e l y 0.76. 0.35, 1.37. In 10 boys a t p u b e r t a l s t a g e I1 (groupe 11) mean DHA l e v e l s were r e s p e c t i v e l y 1.5, 0.82, 2.4. Mean A l e v e l s (ng/ml) were r e s p e c t i v e l y 0.11, 0.05, 0.19 i n group I A , 0.24, 0.10, 0.28 i n group I B , 0.38 0.25, 0.48 i n group 11. Mean T l e v e l s (ngfml) were respectively 0.05, 0.06, 0.08 i n group I A , 0.11, 0.07, 0 . 1 4 i n grout I B , 1.5, 0.70, 0.58 i n group 11. In the 2 o l d e r groups, the v a r i a t i o n s were highly s i g n i f i c a n t . These d a t a confirm the r i s e of androgenic c a p a c i t y of a d r e n a l s before puberty and suggest t h a t a l a r g e p a r t of c i r c u l a t i n g T d e r i v e s both from d i r e c t s e c r e t i o n and i n d i r e c t production by a d r e n a l s . " Y e r t i a r y " a d r e n o c o r t i c a l tumor and non-rhythmic ACTH e x c e s s i n u n t r e a t e d c o n g e n i t a l a d r e n a l h y p e r p l a s i a ( C~H )
A 60-y-old s i n g l e wonan(46,XX)was a d m i t t e d Oct. 1975 w i t h e v i d e n c e o f a l e f t a d r e n a l tumor on IVIJ.The h i s t o r y and f i n d i n 6 of u r o g e n i t a l s i n u s and c l i t o r a l h y p e r t r o p h y suKgested LAH.kreoperative s t e r o i d e x c r e t i o n : 17-kzs 218.17-ks r ) I , p r e g n a n e t r i o l 6 0 . 3~: '~ 1.9,11-OHn c d r o 2 1 , e t i o ~2me/24h,resp.94,28,14,0.3,5 a n d 3ng/24h a f t e r a s t a
n d a r d o r a l d e x a~~e t h n s o n e t e s t -B a s a l CRH 3Omg / $ ! t h ,~l a s m a t e s t o s t e r o n e 202ng$,plasna ACTH 62 ( 8 h ) ,
5 r ( l S h )~~/ m l . A l a r g e a d r e n a l t u n o r (~l O g m ) w i t h o u t meta s t a s e s was r e n o v e d ; n o r m a l i n t e r n a l g e n i t a l i a , i n c l u d i n g o v a r i a n h i s t o l o g y . S t e r o i d e x c r e t i o n f e l l approx.5@, b u t remained p o o r l y s u g~r e s s a b l e . A f t e r removal o f t h e r i g h t a d r e n a l ( 5 8 g m , n o d u l a r h y p e r p l a s i a ) s t e r o i d e x c r et i o n r e a c h e d v e r y low v a l u e s . M u l t i p l e plasma ACTH a s s a y s d u r i n g o r a l c o r t i s o l s u b s t i t u t i o n , ( D e x t e r e t a l . 3C5 j 0 , 5 7 j , 1 9 7 0 ) r e v e a l e d l i t t l e f l u c t u a t i o n (max.280, min.l8Opg/ml),sugEestin~ p i t u i t a r y microadenoma.These f i n d i n g s s u p p o r t t h e need f o r c o n t i n u e d ACTH-suppress i o n i n CAH.
69 P A U N I E R *~~~ A. CUENDET*. Department of P e d i a t r i c s and Genetics and I n s t i t u t e of Pathology, Geneva, Switzerland. FSH : Evidence f o r a p o s s i b l e p r e p u b e r t a l r e g u l a t i o n of i t s s e c r e t i o n by t h e germinal epithelium i n cryptorchid boys.
Two groups of p r e p u b e r t a l u n i l a t e r a l cryptorchid boys ( U r n ) underwent s t i m u l a t i o n t e s t s with 1 pg (n=10) o r 25 pg (n=8) of LHRH. Two groups of p r e p u b e r t a l b i l a t e r a l cryptorchid boys (BCP) were s i m i l a r y s t u d i e d (1 pg, n=6 ; 25 pg, n=8). The number of spermatogonia was determined i n both s i d e s i n each group a f t e r t e s t i c u l a r biopsy. UCT groups e x h i b i t e d FSH and LH responses t o LHRH s i m i l a r t o those of p r e p u b e r t a l c o n t r o l groups. Mean numbers of spermatogonia were low on t h e cryptorchid s i d e (12 f 6 t o
f 12) and normal on t h e normal s i d e ( X O ) . Both groups of BCP had very low counts of spermatogonia on both s i d e s (means of 7 f 4 t o 14 f 8 ) . Their FSH responses t o LHRH a t both dosages were s i g n i f i c a n t l y higher than those of t h e normal p r e p u b e r t a l c o n t r o l s . LH responses were i d e n t ic a l . These d a t a suggest t h a t t h e negative feedback mechanism between FSH s e c r e t i o n and t h e spermatogonia observed i n t h e a d u l t male i s a l s o o p e r a t i v e i n t h e p r e p u b e r t a l boy.
C.S. SMITH* and F. HARRIS* ( I n t r . by 70 Dept. of Child Health, Liverpool University and Alder Hey Children's H o s p i t a l , Liverpool, England. Danaml i n t h e treatment o f F'recocious Puberty.
Danazol is a s y n t h e t i c analogue of e t h i n y l t e s t o s t e r o n e with a c a p a c i t y t o i n h i b i t gonadotrophin r e l e a s e . S i x c h i l d r e n (4-10.5 y e a r s ) have been t r e a t e d with o r a l Danazol f o r up t o 17 months.
I n t h r e e females, t h e precocious puberty is i d i o p a t h i c , but neurogenic i n two o t h e r females and one male. .Danazol was given i n divided doses, 9-17 mg/kg/day, and produced no s i d e e f f e c t s .
In a l l p a t i e n t s , reduction i n b r e a s t ( t e s t i c u l a r ) s i z e was noted and f u r t h e r menses were prevented i n t h r e e p a t i e n t s . Linear growth and bone maturity were n o t influenced by therapy. Hypothalamo-pituitary maturity was demonstrated p r i o r t o treatment by t h e LH and FSH response t o LH/FSH-RH. Reassessment i n s e v e r a l c h i l d r e n on treatment shows some "blunting" of t h e peak response t o LH/FSH-RII. Improved academic performance was'noted 'in t h e boy and a u s e f u l reduction i n s e x u a l d r i v e occurred i n t h e o l d e s t g i r l . Dallazol i s e f f e c t i v e i n c o n t r o l l i n g some a s p e c t s of precocious puberty and f u r t h e r long-term s t u d i e s a r e j u s t i f i e d . In July 75 the patient developed a Quinke edema and a short asthma like period, ceasing after 40 mcg 6-methyl-prednisolone. 3 days l a t e r chicken-pox occured. Within few weeks a Cushing like phaenotype was established, including elevated blood pressure. In a n outwards children's hospital no further abnormalities w e r e found except two determinations of plasma cortisol: 1.0 a n d < 1 . 0 mcg%. In normalweight Tullterm newborns a? 4 days of 1ife.Mean total T3 in iodine-deficient newborns was 2.59+0.65 ng/ml compared to 1.5 ng/ml in normal nzwborns of the same age.Serum thyrotropm (TSH) remained elevated during the second half of the first week in iodine-deficient newborns. Percutaneous application of iodine resulted in a quick disappearance of goiter and normalization of T4 and tsh within a few days.T3 returned to normal more slowly within days or weeks.Genera1 iodine prophylaxis is needed in Germany.
